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Pesiome

C navana snugemun COVID-19 EBponeiickuM o61ecTBoM no MmykoBucuunosy (European Cystic Fibrosis Society — ECFS) nnuuunpoBaHa crie-
uuanbHag nporpamMma HaomoaeHust ECFS-COVID-19 nns coopa uHdopmanmu no ocodoeHHocTs M teueHust COVID-19 y naiiueHToB ¢ MyKOBHUC-
uuno3om (MB). Oxunaercst, 4To [aHHas TporpaMMa I0KHA TTOMOYb CBOEBPEMEHHO U KaYeCTBEHHO OKAa3bIBATh HEOOXOMMMYIO TIOMOIIb Mallk-
eHtam ¢ MB. IlepBoHavanbHO npeanonaranaock, yto Ha one MB COVID-19 mpotekats OyzaeT Tsikeno. Lleasio rcciaenoBanus siBUIach OLleHKa
pacnipoctpaHeHHOcTH U TedeHus: COVID-19 y nmanmentoB ¢ MB B Poccuiickoit denepann. Martepuaisl 1 MeTonsl. [1poaHain3upoBaHbI
6 (4 pebenka u 2 B3pocibix) cirydaes 3a6oneBanust COVID-19 y poccuiickux nanuentoB ¢ MB. Pesyasrartsl. B Poccuiickoit @enepannn SARS-
CoV-2 undunmponanbl 405 843 yenoBeka, 3a001€eBaeMOCTh KOPOHABUPYCHOM MHDeK1Meit coctaBuaa 1,4 ciydas Ha | ThIC. HaceJeHUsI. YUUTbIBasK
YUCJIEHHOCTD MAIMeHTOB B peructpe MB (1o nanHsIM MuHMcTepCcTBa 3npaBooxpaHenust Poccuiickoit Peneparnu, Ha gekabpb 2019 r. B peructp
BkimoveH 3 931 marment: 2 823 pebenka u 1 108 B3pocibix), 3a6oneBaemocth SARS-CoV-2 cocraBuna okono 1,5 Ha | Teic. maumentoB ¢ MB
(1,4 : 1 000 — mns meteit u 1,8 : 1 000 — a5t B3pOCTBIX), YTO HE MPEBBIIAECT TAKOBYIO B oOuieit momymsiuuu. 3adoneBaemocts COVID-19
Ha 01.08.20 cpenu naumentoB ¢ MB cocrasuia 3,8 (0,38 %) Ha 1 Teic. matmenToB (2,1 : 1 000 — s neteii u 8,8 : 1 000 — 115t B3pocibix). JlnarHos
COVID-19 monrBepawicst y 4 nereil (Bce MaJbuUKU) U 2 B3POCIBIX XEHIIWH, TPU 3TOM 3 OOJBHBIX ObLTM MHOUIMPOBaHBI Pseudomonas
aeruginosa, 2 — Achromobacter spp. B nerkoii opme 3aboseBaHre POTEKAIO y 4 13 6 MAlMEHTOB, BKJIIOYAsl BCEX AeTei, THEBMOHMSI 3apETrUCTPH-
poBaHa y 3 mauueHToB. Y onHoro u3 4 aereit c COVID-19 orMmevaiicst abOMUHAIbHBII CUHIPOM MTPU OTCYTCTBUU PECITMPATOPHBIX MPOSIBJICHUIA;
2 marmenTa (1 B3pociblit 1 | peGeHOK) HYXAAINCh B CTALIMOHAPHOM JIeYeHUU. AHTHOAKTepUalbHasl Tepamnusl HazHaueHa 4 ManueHTaM, IBYM
13 HUX — BHYTpMBEHHO. OiHa B3pocias NalMeHTKa, 00beM (GOPCHPOBAHHOTO BbIIOXA 32 1-10 CEKYHJly Yy KOTOPOIt cocTapsn 24 % . 3aperu-
CTpUpPOBaHa B JIUCTE OKUIAHUSI HA TPAHCIUIAHTALIUIO JIETKUX, 10 3apakeHusi SARS-CoV-2 y Hee MpoBONMINMCH JUTUTENIbHAST KUCIOPOIOTEPATTHst
U HEeWHBa3uBHas pecriuparopHas noanepxka BiPAP. [1pu monTBepxaeHun KOpoHaBUPYCHON MH(EKINN OHA ObLIa BHIMMCAHA U3 OOJbHULIBL.
3akmoyenne. HecMoTpsl Ha TO YTO MaumeHTsl ¢ MB HaxonsTces B rpymrne prcka TSKeJI0ro TeUeHus 3a001eBaHusl, Ha CeTOAHSIHUI IeHb B OMU-
caHHbIx ciayvyasx COVID-19 uHdekuus He nmpuBesia K 3HAYUTEbHOMY YXYIIIEHUIO COCTOSIHUSI 10 OCHOBHOMY 3a00JI€BaHUIO. Y POCCUICKUX
naureHToB ¢ MB He 3aperucTprpoBaHO HU OIHOTO JIETAJTLHOTO MCXO/A.
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Abstract

Since the beginning of the COVID-19 epidemic, the European cystic fibrosis society (ECFS) has decided to launch a special ECFS-COVID-19
program to collect information on the of COVID-19 characteristics in the patients with cystic fibrosis (CF). The results of the program should help
timely and efficiently provide the patients with CF with the necessary care. Initially, it was assumed that COVID-19 would be severe in CF patients.
The aim. To assess the prevalence and characteristics of COVID-19 in patients with cystic fibrosis (CF) in the Russian Federation (RF). Methods.
6 cases (4 children and 2 adults) of COVID-19 in Russian CF patients were analyzed. Results. There are 405,843 infected with SARS-CoV-2 in
Russia, the incidence of coronavirus infection in Russia was 1.4 cases per 1 thousand people. According to the Ministry of Health of the RF, as of
December 2019, there were 3,931 patients with CF (2,823 children and 1,108 adults). The incidence of COVID-19 was 1.5 per 1000 patients with CF
(1.4 : 1,000 for children and 1.8 : 1,000 for adults). The incidence was not higher than in the General population. The diagnosis of COVID-19 was
confirmed in 4 boys and 2 women, 3 of the patients were infected with Pseudomonas aeruginosa and 2 — with Achromobacter spp. Mild disease was
seen in 5 patients including all the children. Pneumonia was registered in 3 patients. One child with COVID-19 had abdominal syndrome.
2 patients — 1 adult and 1 child — needed in-patient care. Additional antibiotics were given to 4 patients, 2 of them received i/v antibiotics. One adult
patient was on the lung transplantation waiting list. This woman had long-term oxygen therapy and BiPAP noninvasive respiratory support before
the infection with SARS-CoV-2, FEV, was 24 %pre .. Conclusion. Despite the fact that patients with CF are at risk of severe COVID-19, to date, in
the described cases, COVID-19 infection has not led to a significant deterioration of the symptoms of CF. Not a single fatal outcome in Russian

patients with CF has been recorded.
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Hauunas c despans 2020 r., BO MHOTHUX CTpaHax
MHpa CTall PETUCTPUPOBATBCS Cydau 3a00JieBaHUS
COVID-19. BcemupHO#t opraHM3amyeil 3mpaBooxpa-
Henus (BO3) oobsaBneHa manaemus [1]. B Poccuiickoit
®Deneparu (P®) perucrpanvsi €MMHUYHBIX CIydaeB
COVID-19 nauanach ¢ koHna ssaBapst 2020 r., co BTopoii
TTOJIOBUHBI MapTa OTMEUYEHO pe3KOe HapacTaHUe.

IMauenTsl ¢ MykoBucuuao3oMm (MB) u HapymeHu-
eM dyHkuumn xjaopHoro KaHana CFTR gBasiorcst rpyrm-
IOl prcKa TT0 MH(PUIIMPOBAHUIO IHIXaTEIIBHOTO TpaK-
Ta TMATOTEHHBIMU OAKTEePUSIMM BCICACTBHE HaPYIICHUI
B reHe CFTR [2]. B cootrBerctBuM ¢ ITocTaHOBIEHHEM
IMpaButensctBa Poccuiickoit @eneparuu ot 03.04.20
Ne 432 B uensix obecrieueHrs 0€30MacHOCTU MTAlIMEHTOB
BPEMEHHO ITPUOCTAHOBJICHBI TUTAHOBBIC MEPOTIPUSITUS —
IUCcnaHcepu3alys U MpoduIakTUIecKue OCMOTPhI, a B
cooTBeTcTBUM ¢ [IprkazoM MuHUCTEpPCTBA 3ApaBOOXpa-
HeHust Poccuiickoit @eneparum ot 19.03.20 Ne 1981 py-
KOBOJICTBY MEIUITMHCKUX OPTaHU3AINI peKOMEHIOBAaHO
paccMOTpeTh BO3MOXKHOCTb MEPEHOCA CPOKOB OKa3aHMSI
IJIAHOBOM MEIUIIMHCKOM TTOMOIIM B CTAllMOHAPHBIX
yCIIOBUSIX. MeEOUIIMHCKOE M TAIIMEHTCKOE COOOIIeCT-
Ba ObUIM KpaliHe 00eCcIOKOeHbl UBMEHEHHUSIMU B OKa3a-
HUM TIOMOIIU TalMeHTaM U yrpo30ii MHOULIUPOBAHUS
COVID-19. IMosBuiace octpasi HEOOXOAUMOCTb MOHU-
MaHUS pUCKa WHOUINPOBAHUS, OCOOCHHOCTEH KIIH-
HUYECKOTO TeYCHMST KOPOHABUPYCHON MH(MEKIINHT Y IMa-
uueHToB ¢ MB. Bospocna akryanbHOCTb TTpUMEHEHUS
CTallMOHAPO3aMeIAOIINX TEXHOJIOTHIA.

CornacHo oOHOBIsIeMBbIM coobmeHusM BO3 [3],
0OJbLUIMHCTBO 3aboiyieBIInX (0Kojo 80 %) BbI3IOpaB-
JIMBAIOT CMOHTAaHHO, 0e3 rocnutanusauuu. [TpumepHoO

B |1 u3 5 cimyuyaeB 3abosneBanue COVID-19 mpotekaer
B TSDKEJION (hopMe C pa3BUTHEM IbIXaTeIbHOM HEAOCTa-
TOYHOCTH MJI OCTPOTO PECITMPATOPHOTO TUCTPECC-CUH-
JIpoMa, 4YTO MOXKET IMPUBECTU K CMEPTH.

TTopaxxeHue OpoHxoJierouHo cucteMsl mpu MB xa-
pPaKTepU3YeTCsT OOCTPYKIIMEH IbIXaTeIbHBIX ITyTE, XPO-
HUYECKOI OaKTepualbHON MH(EKIIME 1 BOCTIaJIeHUEM.
DTOT MpPOILIECC BbI3bIBAET MOBPEXICHUE TKAHU JIETKOTO
1 oOpa3zoBaHue OPOHX03KTa30B. I[IpakThuecku y Bcex
MAIlMeHTOB TPUYMHON JICTAIHLHOTO MCXOHA SBJISIOTCS
pecrmupaTopHbie HapymieHus. [lopakeHue OpoHXOIe-
TOYHOU CUCTeMbI MpeapacriojaraeT K npucoeIuHEHUIO
uHdekunu Pseudomonas aeruginosa, KoTopasi oTMe4aeT-
csay 53 % nauumentos ¢ MB [4].

OCHOBHBIMM MapKepaMH BOCTIAJTUTEIILHOTO MPOIIEC-
ca npu MB gaBnsiiorcs HelTpoduiabl. MHbuALTpaLus
MMM JBIXaTeIbHBIX IMyTel BeleT K TMOBPEXICHUIO Jie-
TOYHOI TKaHW M OOCTPYKTUBHBIM M3MeHeHUsM. LluTto-
KMHOBOE BOcTaJieHHe TakxKe XapakTepHo 1t MB [2, 5].
Takum obpaszom, a1t MB, kak u st COVID-19, xapak-
TEpHbI HEUTpo(UILHOE BOCIAJEHWE W IIUTOKWMHOBBIN
BBIOPOC, KOTOPBIE OTIPEICIISIOT TSLKECTh ITOPAKeHUS TbI-
XaTeJIbHOTO TPAKTa M COCYAMCTOMN CUCTEMBI [6].

Kpurepun amarHoCTMKM CHHIpPOMa BbIOpOCA IIMTO-
kuHoB npu COVID-19 He pa3pabotanbl. [IpeanonaraTs
€ro CJemyeT MpH OBICTPOM YXYIIICHWU (PYHKIIUM JIeT-
KNX B COUETAaHMU C HapacTAIOIIMMMU KOHIICHTPAIIUSI-
mu C-peakTUBHOTO Oenka v (eppuTUHA, LUTOTNEHUEH
(TpoMOouMTONIEHUEN U JTUMGOIIeHUe), KoaryaonaTu-
el (HU3KHe 4uciio TpPOMOOUUTOB, YPOBHSI (pubpuHOre-
Ha ¥ TOBBIIICHHOE comepxkaHue D-mmmepa), Tpu3Ha-
KaMu MOBPEXIEHUS TMeYeHU (MOBBIIICHUEe aKTHBHOCTHU

The article is licensed by CC BY-NC-ND 4.0 International Licensee https://creativecommons.org/licenses/by-nc-nd/4.0/

545


https://creativecommons.org/licenses/by-nc-nd/4.0/

Konopameesa E.HU. u dp. COVID-19 y 601bHBIX MYKOBUCLIMI030M

JIaKTaTaeruaporeHassl M amuHoTpaHcgepas) [7]. dns
JINKBUOALIMM  BHEKJICTOUYHBIX JIOBYIIEK, pacIersie-
Hug BHekineTouHoir JHK, copepxaiueiics B 00Jb-
IIOM KOJIMYECTBE B BSI3KOM OpPOHXMAJTbHOM CEKpeTe,
npu MB TpaauuMoHHO UCMOJB3YETCs NOopHa3a aibda *.
PaccmarpuBaeTcst BO3MOXKHOCTh TIPUMEHEHUSI TOPHA3bI
anb(da B KoMruiekcHoit Tepartuun COVID-19)* [7].

B ampene 2020 r. mig coopa mHGOpPMAILUU IO OCO-
oeHHocTsiM TeueHus COVID-19 y mammeHTtoB ¢ MB
EBponeiickum o0111ecTBOM 1Mo MyKoBUCLIMA03Y (European
Cystic Fibrosis Society — ECFS) mHMummpoBaHa IIpo-
rpamma HabomoaeHust ECFS-COVID-19. Coop undop-
MalyM pelIeHO OCYIIECTBJSITh Yepe3 HallOHaJIbHbIE
peructpel. B Poccuiickoit Deaepany HaIlMOHATbHBIA
peructp 60apHBIX MB cymectByet ¢ 2011 T., ero maH-
Hble BXoasIT B EBporneiickuii peructp. B HacTosiee Bpe-
Ms1 onyOJIMKOBaH 8-i1 BBIMTyCK peructpa [8]. OprkoMuteT
Perucrpa 6ompHBEIX MB B Poccuiickoit @eaepanum pe-
AT TIOAIepKaTh OOIIEeBPOIIEIICKYI0 MpOorpaMMy Ha-
omonenuss ECFS-COVID-19.

[lepBoHavanbHO Tpeanonaraioch, yro COVID-19
OyneT Tsikeso nporekaTh Ha (poHe MB, onHako B gajib-
HeHIeM BBISICHUJIOCH, YTO 3a00jieBaHWE BCTpeYaeTCs
cpenu nanueHToB ¢ MB pexe 1 yacto nmporekaer B Jier-
Kot hopMme.

ITo manHbIM MeXayHapogHOro OTYeTa MO Xapak-
tepuctuke SARS-CoV-2-mHdpekunu y 0oabHBIX MB
Ha mpumepe 40 GoabHBIX U3 8 cTpaH (ABcTpanus,
Kanama, ®panuus, Mpnangus, Hunepnanae, Hosas
3enanausi, Benukoopurtanusi, CIIA) mnokazaHo, 4TO
Ha 13.04.20 yactora COVID-19 y 6onbHbIXx MB (0,07 %)
oKazayjiach HIXe, YeM B CpPEIHEM I10 CTpaHaM, BOIIEI-
wuM B uccnenosanue (0,15 %) [9].

B pabore [10] x 15.04.20 omwmcano 30 cnyyaes
COVID-19 y 6ompHBEIX MB M HM OmHOTO JIeTaJTBHOTO
ucxona (Jlombapnus (Mranus), @panuusi, ['epmanusi,
Hcnanus). OTcyTrcTBUE JeTadbHBIX MCXOIOB K arpesio
2020 r. cpenu 60abHBIX MB MOXeT ObITh CBSI3aHO C OT-
HOCUTEJIbHO HU3KOI 3a001eBaeMocTthio COVID-19, adh-
(beKTUBHBIMU METOZAMU CAMOM3OJISIIUM W MOJIOIBIM
BO3PACTOM IallMeHTOB, HO TOBOPUTH 00 3TOM C YBEpEH-
HOCTBIO TIOKa paHo.

Llenpro MccmenoBaHMST SIBUJIACH OLICHKA PaCIIpOCTpa-
HeHHocTH U TedeHus1 COVID-19 y mamuentoB ¢ MB
B Poccuiickoit Menepanmu.

Marepuans! u MeToAbl

[Mpoananu3upoBaHsbl cirydau (n = 6: 4 pebeHKa 1 2 B3po-
cibix) 3a0oneBanust COVID-19 y poccuiickux mnamueH-
ToB ¢ MB. Kpurepuu BxiroueHust: nuarios MB, Hanu-
yue nojioxkuresibHoro pesyiabtata — PHK kopoHaBupyca
2019-nCoV npu nomol1y noJuMepasHoi LeMmHOi peak-
unu (IMLP) (uam apyrum MeTomoMm) miu UuMMyHOdep-
MEHTHOTO BBISIBJIEHUSI UMMYHOTI00yMHOB Ig knacca G
K KopoHaBupycy SARS-CoV-2 [11]. Kputepuu uckiio-

* Boponkosa A.10. Kiunieckast adheKTHBHOCTD i 6€30MacHOCTb T0PHA3HI alb(ha
(«[TymbMO31M») B JieueHnH JieTeit, G0MbHBIX MYKOBUCIMIO030M: IUC. ... KaHIL. M.
Hayk. M.; 2004.

YeHUsI: OTCYTCTBUE J1JAOOPATOPHBIX NAHHBIX, TMOATBEP-
xaatomux COVID-19, u noanucaHHoro mHGOpMUpo-
BaHHOIO corjacus. XapakTepucTuka nanueHToB ¢ MB
u COVID-19 nmpuBeneHa B TaoI. 1.

Pesynbrarthl

B cooTBeTcTBMU C 11€JIbIO MCCeAOBAHUS IPOBENEH aHa-

nu3 6 ciayyaeB COVID-19 cpeau 6onbHBIX MB, 13 KoTO-

PBIX 2 malMeHTa OBLIN B BO3pacTe cTapiie 18 Jer.
ITpuBoasiTCS KIMHUYECKUE HAOIIOAEHUS.

Knuruyeckoe HabnrodeHue Ne 1

Pe6enok 2015 roma poxaeHust (MaJbuMK), TPOKMBawIIUil B MockBe,
HabonaeTcst B otaeneHun Mmykosucumuaosza 'bY3 MO «IKMIIMO»
1 Mopo3sosckoii II'KB. luarHo3 MB ycraHoBjieH B Bo3pacte 3 Mec.
Ha OCHOBAHWMM TIOJOXWUTEIBHOTO pe3yibTaTa HEOHATATbHOTO CKPU-
HMHTA, MOJOXUTEIbHOIO pe3yJjbTaTa MOTOBOW MPOOLI, BHISIBICHHON
npu nomoliuu cucremol aHanusa nora NANODUCT™ (ELITechGroup
Inc., CILIA) (120 mmonb / 1 ipu HopMme 1o S0 MMOIb / JT1), IOATBEP-
KJAEH pe3ybTaTaMM TeHEeTHMYECKOTo oOciieoBaHUs (BBISIBJICH MaTo-
reHHbIil BapuaHT reHa CFTR F508del B roMO3UTOTHOM COCTOSIHUM).
B 3 Mec. peGeHOK nepeHec JIEeBOCTOPOHHIOK BEPXHEI0JIEBYI0 THEBMO-
HU0. B 4 Mec. ObII TOCUTAIM3UPOBAH 10 TTIOBOIY CUHIpOMa TICEeBIO-
baptrepa. B 2 roma mo maHHBIM peHTreHOTpauu OPraHOB TPYTHOIM
MOJIOCTU BBISIBJICHBI: AeopMaliyst IETOYHOTO PUCYHKA, TEPUOPOHXU-
TbHBIN MHGOUIBTPATUBHBI KOMITOHEHT B BEPXHEMEINATLHOM OTIIe-
e eBoro Jerkoro. [locne mpoBeneHHoI Tepany UHOUIBTPATUBHbIE
M3MEHEHMs TIPU PEHTIeHOJIOTMYeCKOM O0C/IeIOBAaHUU HE OIpeessi-
nuck. B moceBax MOKpOTHI XpoHUYecKuil BoiceB S. aureus (MSSA),
K. pneumoniae. B aBrycre 2017 r. — nepBblii BbiceB P. aeruginosa,
MpoBeieHa 2paJuKallMoOHHAas aHTuOakTepuainbHast tepanus (ABT)
KOJIMCTMMETATOM HaTPUsl MHTATSIMOHHO M LUIPOQIOKCALIMHOM
BHYTpb. [ToBTOpHBIE BbICeBbI P. aeruginosa BHITIOMHSIIUCH B CEHTSIOpE
2018 u 2019 rr. B nexa6pe 2018 r. nepsslii BbiceB MRSA coxpaHsiicst
B moceBax 10 Mas 2019 r., Hecmotpst Ha mpoBogumyto ABT. C cen-
Ts16pst 2019 r. oTMeuaeTcsi MHTEPMUTTUPYIOLLMIA BhiceB P. aeruginosa.
[TosyaaeT Kypchbl MHTISIIMOHHOW Tepanmuy KOJIUCTUMETATOM HATPUST
mo 2 MJIH efi. 2 pa3a B JAeHb, uunpoduokcaima BHyTpb pu OPBU,
aJbTEPHUPYIOUINI Kypc a3UTpOMHULIMHA. B cxeMy Ga3ucHON Tepanuu
TaKXe BKITIOUEHBI TOpHa3a aibda, maHKpeaTnueckue HepMeHTHI, BU-
TaMUHBI, YPCOJAE30KCUXOJeBasi KHUCIOTa, KUHe3UTepanus. 3a Mpo-
HIEIIHIA TOMT TSKETbIX 000CTPEHUI XPOHUIECKOTO OPOHX0JIETOYHOTO
rpoliecca He ObLIO, TocUTaIu3aluunii He TpedoBatock. HabmomaeTcs
OTOJIAPUHTOJIOTOM T10 MOBOJAY IMOJUIO3HOTO CUHYCHUTA, ajlJieproyio-
TOM — I10 MOBOJY aJUIEPTUYECKOro puHUTA Ha (hOHE CEHCUOMIM3AIIUKN
K oJibXe, Oepe3e, TOMAaIIHe bUTH.

B Havane mast 2020 r. y peGeHKa MOsSIBUJIMCH O0JIM B XUBOTE, K KO-
TOPHIM Ha CIEAYIOIIUI AeHb MPUCOSIWHUINCH PBOTA W JIMXOPAIKa
no 39,3 °C. Catypauus O, npu 3ToM coxpaHsiach Ha yposHe 98 %.
PebGeHok ObLT OCMOTpPEH BpayoM-TIeIMaTPOM, CUTYallMsl Oblja paclie-
HEeHa Kak ocTpasi KuieyHasi nuHgexuus. [ToBbllieHHas! TeMIepaTtypa
COoXpaHsijach B TeUeHUE 2 THEM, Kak 1 60JM B XuBoTe. B KauecTBe Te-
panuu ObUT PEKOMEHI0BAH MpueM 3HTepodypuiia, COpOEHTOB, a TAKXKe
€XETHEBHbII MPUEeM a3UTPOMUIIMHA. YUUTHIBasl CEMEMHbIA aHaMHe3
(y oboux poautesieil paHee OTMeYaJoCh HelomoraHue, cyodedpu-
JIMTET), Y BCEX WJICHOB CEMbM ObUI B3SIT MAa30K M3 POTOIJIOTKM M HOCa
Ha [1LIP x COVID-19. Ha cnenyomuii ieHb y pebeHka MoayyeH mo-
JIOKUTEIbHBIN Pe3y/bTaT, MOBTOPHBIM TECT TakXKe OKa3ajcsl MOJo-
JKUTEJIbHBIM, JIBA MOCIEAYIOIUX — oTpulaTeJbHbiMU. Yepes 21 neHb
OT Hayaja 0oJie3HM HabJIoIeHHe 3a PeOEHKOM ObUIO CHSTO. TecTbl
y 000MX poauTeiell OKa3aauch OTPULIATEIbHBIMU.

Knunuyeckoe HabmodeHue Ne 2

Pe6enok 2018 roxa poxaenust, xutesb CKD®O, nadmonaercs B Kiu-
nuke HUW nenuatpun @TAY «HMUL 3n0poBbs nereit» MuH3npasa
Poccuu ¢ aBrycra 2018 1. (4 mec.). [InarHo3 ycrapjieH Mo JaHHBIM He-
OHATAJIBHOTO CKPUHWHTA U TOTOBOTO TeCTa, MONTBEPXKIEH TeHETH-
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Tabauua 1

Xapaxmepucmura nayuenmos ¢ myxogucuudoszom u COVID-19
Table 1

Characteristics of the patients with cystic fibrosis and COVID-19

Mpnmearive: OPB, - 0Gbem hopcuposaxHOro Bbinoxa 3a -0 cexynay; MMT — urnexc maccel Tena; MRSA (Methicillin-resistant Staphylococcus aureus) — MeTULUNMMHPE3NCTEHTHbIA 30MOTHCTbIA
cracunokokk; [1H — Apixarenbhas HeaocTatouHocTs; MB — mykosucunaos; ABIM - aHTubakTepuansble npenaparsl; MKC — miokokopTvkocTeponasl; OPBY - ocTpas pecnpatopas BUpycHast
Hcpexuwst; HMBIM - HecTepougHble npoTiBoBoCnanuTensHble npenapatsl; HUBI - HeuHBasvBHas BeHTunsALma nerkwx; BiPAP (Biphasic Positive Airway Pressure) — coaganie agyxdasHoro nomo-
XUTENbHOTO AiaBnexys B AixatenbHbix nyTsx; CPAP (Constant Positive Airway Pressure) — co3fanite NOCTOSHHOTO NOMOXUTENBHOTO aBNEHNs B AblxaTenbHbix nyTsX; KT — koMnbloTepHas Tomo-
rpacpust; MLP - nonumepasHas LienHas peakuvst.
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Konopameesa E.HU. u dp. COVID-19 y 601bHBIX MYKOBUCLIMI030M

YeCKMM MCCeoBaHWEeM (BbISIBJICH MaTOreHHbI BapuaHT reHa CFTR
‘W1282X B roMO3UTOTHOM COCTOSIHUM).

B aHaMHe3e Tskenoe TeueHue cuHIpoMa rcesno-baprrepa. B no-
CeBe M3 BEPXHUX IbIXAaTEIbHBIX MyTeil OTMedancsi pocT P aeruginosa,
B CBSI3U C UeM noJiyyan BHyTpuBeHHYI0 ABT. basucHas tepanusi: nop-
Haza aibha (MHTraIsALMM), 3aMeCTUTeIbHas (epMEeHTHasl Teparnus
(KpeoH), ypconeszokcuxoieBasi KUCJI0Ta, BATAMUHBI, MHTAJISILIUUA KO-
JIMCTUMETATA HATPUSL.

B cepenune mast 2020 r. oTMeYeH MOABEM TeMIlepaTyphl 10 hed-
PWIBHBIX LM(DP B TeyeHHE OAHOTO JAHSI MPU OTCYTCTBUU IPYTUX Ka-
7106. B ceMbe KopoHaBUpYCHast UH(MDEKIIMsI MOATBEPXKAEHA Y POAUTEEH
M MJanmein cectpel 4 Mec. Y maluMeHTa KOpOHaBUpYCHash MHMEKLMs
Obl1a moarBepxkaeHa metogoM [ILIP. Ilpu pentreHorpaguu opra-
HOB TPY/IHOI1 TOJIOCTH UHGWIBTPATUBHBIX U3MEHEHUII HE BBISIBICHO.
B knHMYecKoM aHaIu3e KpoBU — JuMbounTo3 58 %.

Jleuenue am6ynatopHoe. K oobeMy Tepanuu 106aBjieH a3uTPOMHU-
uuH 10 Mr / KXr B cyTku B TeyeHue 7 nHeidl. KonTposnbHbie Masku TTLP
ObUTH B3ATHI B padoTy 29.05.20 u 31.05.20, pe3yabTaT OTpULIATEIbHBIN.

Knunuyeckoe HabmodeHue Ne 3

Pebenoxk (Manbuuk) 2019 rona poxiueHus, rnpoxupaoiuii B Mockse,
Habmonaetcsi B Mopososckoii JIIKB. JluarHo3 ycraHOBJIEH B BO3pa-
cTe 2 Mec. Ha OCHOBaHUU MOJIOKHUTEILHOTO Pe3yJIbTaTa HEOHATAIbHOTO
CKPUHMUHTA, TTOJIOKUTEIBHOTO pe3yJbTaTa MOTOBOM MPOOKI, TTOATBEP-
KIeH pe3yJibTaTaMu reHeTndeckoro uccienoanus (F508del / E92K).
YpoBeHb MaHKpeaTUUeCcKOoi 3macTa3bl- 1 Kajma — 96 MKT / T.

B Bozpacre 3 Mec. — OIHOKpaTHbI BbiceB Achromobacter xylo-
soxidans, npoBeneH Kypc ABT: BHyTpMBEeHHO MepoHeM + aMMKaluH +
HUTIPOodIOKCAIIMH BHYTPb — 2 HEJ., MHTAISALMK ¢ DIyMMYLIMI-aHTH-
ouotukoM UT — 3 mec. B mocieayronumx moceBax onpeaessijics: TOJIbKO
S. aureus (MSSA). B xauecTBe 06a3UCHOI Teparnuu noyyyaeT WHras-
MK npopHasbl anbda, 3%-HbiM pactBopoM NaCl, ypcomae3oKcuxose-
By10 Kucioty, ButamuHbl D, A, E, K. 1o 1 roga B MUHMMaJIbHOW 10~
3UPOBKE MPUHUMAJ 3aMECTUTETbHYIO (hepMEHTHYIO TepaInio, Kotopast
OblIa OTMEHEHa ITOC/Ie ITOJTyIeHUsI [TOBTOPHOTO aHaIM3a Kajia Ha TMaH-
KpeaTndyeckyto aactasy > 200 MKT / T.

3a 1 Hen. no Hayaa COVID-19 y pebeHka B ceMbe 0a0yIlKa rie-
perecia OPBU (ITLLP na COVID-19 BriocjieACTBUM aJT TTOJOKUTEb-
HBIIT pe3ysibTaT). Y pedeHka 3abojieBaHMe HaYajI0Ch OCTPO C JIMXOPAI-
ku 1o 38,8 °C. Ha cienyronuii 1eHb OCMOTPEH MEAMATPOM, B3SIT Ma30K
u3 3eBa U Hoca (ITLP nHa COVID-19). Yepe3 | cyTKu MOsSBUINCH Ka-
1eJib U OCHUIUIOCTh Tojioca. Ma3oK naJl IMOJIOKUTETbHBIN pe3yJbTarT,
1 peOEHOK ObLT TOCTIMTAIM3UPOBAH Ha 3-U CYTKU OOJIe3HU.

CocTosiHMe TIpM TIOCTYIUIEHUU cpenHed Tsokectd. OTMevanuch
GJIETHOCTb KOXU, CUMIITOMBI MHTOKCHKAIIMU, CHVDKEHUE allleTUTa.
Co CTOpOHBI OPTraHOB IbIXaHUs — 3aTPYIHEHWE HOCOBOTO JbIXaHMS
CO CIIM3UCTBIM OTIENISIEMbIM, YMEpEeHHasi rurepemusi 3eBa. Karenb
PeIKUiA, MATOTIPOAYKTUBHBIN. ONBIIIKY B ITOKOE HEeT. JIpIXaHue XKecT-

Tabauua 2

Pezyavmamut 06wezo anaausa kpoeu peoenxa 2019 2ooa
poxcoenus (kaunuueckoe nadarooenue Ne 3) 6 ounamuke
Table 2

Results of the general blood test of a child born in 2019
(clinical observation No.3) in dynamics

‘ [leHb GonesHu

Mokasatenb 3 ) )

(npy nocTynnenmm) i [

Femorno6uu, r/ n 116 19 116
TematokpuT, % 37,9 40 39,7
Sputpoumtsl, 10/ n 4,58 4,84 48
Tentkouutsl, 10°/ n 7,2 11,5 6,4
Heittpocounsl, % 13,5 3,7 18,9
NumdboumTsl, % 82,8 92,5 77
MoHoumTbl, % 3,7 38 41
TpomGouuTsl, 10°/ n 328 44 450
CO3, Mm [y 22 5 2

Mpumeyarme: COS - ckopocTb 0CeaaHUS IPUTPOLMTOB.

KO€, XpUIIbl HE BBICJYIIMBAIUCh. Pe3ynbTaThl 00111ero aHaimu3a KpoBu
B IMHAMUKE MPUBEACHBI B Ta0JI. 2.

Knunuueckuii ananus Mouu: 6e3 natonoruu. B 6uoxumudeckom
aHajau3e KpOBM — HE3HAYMTeJbHOE TOBBIIIEHHE YPOBHSI acraprar-
amuHoTpaHchepasbl (ACT) (40 exn. /1), nunassl 1o 71 en. / J1, octaib-
Hble MOoKa3aTeau — B Mpenenax HOpMbl. [10M0XUTENbHBIN pe3ynbTaT
uccnenoBanust Ha KopoHaBupyc (COVID-19) Ha 4-ii, 11-i1 u 16-it aHKI
00JIe3HU.

Tlo maHHBIM peHTreHorpaduu OpraHoB TPYIHON KJIETKU Ha 4-i
JeHb 00JIe3HU OTMEYAJIOCh JIETKOe HEOAHOPOIHOE CHIDKEHUE MTHEeBMa-
TU3ALMK BEPXHUX BHYTPEHHUX OTAEJIOB CrpaBa 0e3 UeTKUX KOHTYPOB,
JIETOYHBII PUCYHOK OOOramieH ¢ 00erX CTOPOH 3a CUET COCYIUCTOTO
KOMIIOHEHTa, 1e(hOpMUPOBaH, BbIPAXKEH UHTEPCTULIMATbHBINA KOMIIO-
HeHT. KopeHb cripaBa paciivpeH, MaJoCTPYKTYpPHBIii, clieBa He BULEH
32 TEHbIO CpefocTeHMsl. PeHTreHorpaMMa rpyIHOil KJIETKU MOBTOPHO
Ha 11-i1 neHb 6osie3HU 6e3 0YaroBbIX MH(MUIBTPATUBHBIX U3MEHEHUI.
Ycwienue u neopmaiius JJIero4HOTo pUCYHKa.

Muarno3: COVID-19, Bupyc unentuduiponad. Koponasupyc-
Hasi MHGEKIMS, TPaBOCTOPOHHSISI THEBMOHMSI CpeHEl CTereHu Tsi-
xectu, IH-0.

TIpoBonuaack Tepanus aMIMUUIMHOM / CYJIbOAKTaMOM BHYTPU-
BEHHO B TeueHue 9 nHeil; nunrepdepoH anbba-2b B BUae peKTaTbHBIX
ceueit 500 000 ME / nenb. Y marepu Ha 18-ii eHb B3SIThl Ma3Ku (pe-
3yJIbTAT TOJOXUTEIbHBIN). BbINKMCAaH ¢ MOJOXUTENIbHOW TUHAMMKON
Ha CaMOU30JISILIMIO TOMOIA.

Knunuyeckoe HabmodeHue Ne 4

Mautbumk 2006 Toma poskaeHusT, TPOKUBAIOIINIA B JICHUHTpaaIcKoii 06-
nactu, Hadmopaercs B JIOITBY3 IKB.

[uarHo3 MB ycraHOBJIEH Ha OCHOBaHUMU IMOJOXUTEIbHOIO pe-
3yJbTaTa IOTOBOW IPOOBI, CHWXXEHHOTO YPOBHSI MaHKpPEaTHYeCKOn
sj1acTa3bl. B aHaMHe3e ¢ 7 Mec. MOBTOPHbIE OPOHXUTHI, B BO3pacTe
10 mec. omepupoBaH IO MOBOIY BPOXIECHHOTO MOpoKa cepiia (me-
beKT MexKenyn0ukoBoil rneperoponku) Ipu MUKpoOMOIOrHYECKOM
MCCIIeIOBaHUU C 2-JIETHETO Bo3pacTa Bbiaessercst S. aureus. B 2019 r.
10 JaHHBIM KoMIIbloTepHOi ToMorpaduu (KT) BbIsIBIEHBI OPOHX0IK-
Ta3bl B S2, 3, 4, 5 npasoro jierkoro u S5 jesoro jerkoro. [Tokazarenu
CIUPOMETPUM — B HOpME (00beM (hOPCUPOBAHHOIO BbIZOXA 32 1-10 ce-
kyHny (O®B,) — 85 %), SatO, — 95 %. B teuenue 1 roga 3—4 o6o-
crpeHust Ha ¢oHe OPBU, nonyyaer aHTrbOaKkTepuaibHble TpernapaThl
(ABIT) BHYTpb. B KauecTBe 6a3MCHOI Teparnuu: MaHKpeaTuH, ypcojae-
30KCHXO0JIeBasi KUCII0Ta, MHTAISLIMU JOPHA3bl alibha, BUTaMUHBL D, A,
E, K, nonojHuTeIbHOE MTUTAHUE.

3abosieBaHUE TIPOTEKAJIO B HETSKENION (hopme ¢ CUMITOMaMU JIM-
XOpanku, (HapuHTUTa, PUHUTA, OTMEYaIoCh ycwieHue Kanuist. [lpu
PEHTIEHOJIOTMYECKOM HCCIIEIOBAHUKM — IPABOCTOPOHHSISI HIKHEI0-
JieBasi THeBMOHUsI. MccrenoBaHre Ha KopoHaBupychl metogom ITLP
(COVID-19) — nonoxuresbHblid pe3yabraT. B nonojHeHune K 6asuc-
Hoii Teparnu MB nostyyast ABT asuTpoMULIMHOM B Te4eHUe S5 JHei,
3aTeM Ledukcum B TeueHue 10 qHeid.

Knunuyeckoe HabntodeHue No 5

[ManumenTka 1987 rona poxaenus, ¢ 2009 r. Hadmonaetcst B HUU mynb-
monosioruu u KB um. 1.J.ITnetHesa JI3M.

M3 anamne3a: kapTrHa OpoHXUTA C paHHeTo AeTcTBa. JAuarnos MB
YCTaHOBJIEH B Bo3pacTe 15 eT Ha OCHOBaHMM KIMHWYECKOU KapTu-
HBI (C paHHETO IETCTBA MOBTOPHbIE OPOHXUTHL, B 1995 rony mpoBeneHa
TIPaBOCTOPOHHSISI BEPXHEN0eBast TI0OOKTOMMSI, C TOTO K€ BpEMEHU MH-
¢unmpoBaHue AbIXaTeNbHBIX TIyTell P. aeruginosa) M TOTOXUTETbHBIX
Pe3yIBTaTOB MOTOBOM MPOOKI (XI0pHas! IoTa 62, 76 MMmob / ). [lpu
TeHETUYECKOM 00CIeIOBAHNY BBISIBICHBI TATOTeHHbIE BAPUAHTHI TeHa
CFTR: CFTRdele2,3 u 3 §49 + 10 kbC>T. TlocneaHue roapl OTMEYAET
YXYAIIEHUE COCTOSTHUSI, BbIpaXalolleecsi B HapaCTaHUM PeCIUpaTop-
HBIX 3TM30MI0B, MOSIBJIEHUU OJIBIIIKN, KPOBOXapKaHbs, COKpAIlEHU!
nepuona pemuccuii mocie ABT u BozpactaHuu MOTPEeOHOCTH B €€ ya-
croM nipuMeHeHuu. C seta 2015 r. HeMHBa3UBHAST BEHTUIISIIIVS JIETKUX
B IIPOTEKTUBHOM pexxuMe ¢ 1enblo kunesurepanuu. C ocenn 2017 r.
TPOBOMIUTCSI KUCIOPOAOTEPAIHSI B CBSI3U C PA3BUTUEM TUTIOKCEMUUE-
CKOIi IbIXaTeNbHOI HemocTtaTrouHocTu. B stHBape 2019 r. yctaHoBieHa
racTpoctoma, Ha ()OoHEe HOUHOI TUTEPATUMEHTALIMKM TTPUPOCT MACCHI
Tena B TeueHue | roma coctasmit okoso 10 kr. C BecHs 2019 . BIIoue-
Ha B JIUCT OXWIAHWS TPAHCIITAHTAIIUY JIETKUX B CBSI3U C bIXaTeTbHOMN
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OpuruHanbHble ucc

HEIOCTAaTOYHOCTbIO, HU3KOM pecruparopHoil dyHkiumei (¢ 2016 r. mo-
kazatenb O@B, —20-27 %, ) 1 yyawaomuMucs 3mu3o1amMmu 6poH-
XOJIETOYHBIX 06ocTpeHuii. ExenHeBHO MotyvyaeT MHTaISILMKU JOPHA3bI
anba, OPOHXOJUTUUECKUI Mpernapar KOPOTKOro AeicTBus, Oyae-
coHun / opmMoTepos, aMOPOKCOI, KypChl MHTASLIMI TOOpaMULIMHA
Y KOJMCTMMETaTa HaTpUsl, Mpenaparbl yPcoae30KCUXOIEBON KUCIIO-
Thl, OMEMNpPa3oj, a3UTPOMULIUH C TPOTUBOBOCHAIUTEIBHON LIENbIO,
3—4 pasa B rox npoBoasATcs Kypchl BHyTpuBeHHOI ABT, Takxke exe-
KBapTajabHO npuHuMaet ABIT BHYTpb.

Co Bropoii monoBuHbl anpesst 2020 r. y MalMeHTKU oTMeva-
JIOCh YCUJIEHUE KalllJigl ¢ yBeJIMYyeHUeM OO0beMa THOMHOI MOKpPOTbI
1o 100 M1 B CyTKU, YCUJIEHUE OJIBILIKM U KPOBOXapKaHbsl, PETUCTPU -
poBaJIOCh CTOMKOE MOBBILIEHUE TeMmmepaTypbl. [IpoBonuiach Tepa-
nust BHyTpuBeHHbIMU ABIT B aMOy/1aTOpHBIX YCI0BUSX, HO O6€3 3Ha-
yuMoro 3¢ dekTa. YUUTbIBas 3TO 00CTOATEIbCTBO, a TAKXKE KOHTAKT
¢ 6onbHoOM, nHbULMPoBaHHOK COVID-19, u ucxogHoe Tsixena0e co-
CTOSIHME TALMEHTKU, ObLIO MPUHSTO PELIeHHWEe O TOCHUTAIU3ALUU
B CTallOHAap.

[lpn moctymienun: oOuiee COCTOsHUE cpenHeTsikenoe. SpO,
85 % (na Bosmyxe), 92 % (na O, — 4 1 / mun). YA — 24 B MUHYTY.
Al — 115 / 65 MM pT. c1. YCC — 88 B MunyTy. Cpasy npu MmocTyIuie-
HHUU DKCIPECC-METOIOM ObUT UCKJIIOUEH TPUIIM, B3SIT Ma30K M3 HOca
u 3eBa Ha COVID-19. [Ipu obcnenoBanuu obpaiany Ha cebsi BHU-
Mmanue JumMdonenust 15 % npu uucne neiikouutos 7,6 X 10°, ypo-
BeHb C-peaktuBHOro 6esnka — 83,0 mr / u. Ilpu nposeneHun KT
rpynHoil kiaetku ot 29.04.20 (puc. 1): mpaBoe Jerkoe yMEHBIIEHO
B 0ObEMe 3a CYeT JOOSKTOMUU BEpXHel 10J1u. B BepxHeM otaese cripa-
Ba (S6) ornpeeseTcst y9acTOK BEIPAXKEHHOTO MTHEBMOILIEBPOGhUOpO3a,
Ha (oHe KOTOPOro ompexaessiercs: Oyae3Has: TpaHchopmalms ¢ pas3-
Mepamu OyJut 10 52 MM. B BepxHeil qoJie JIEeBOTO JIETKOro Ompeness-
10TCs1 Oy/LIbI 10 16 MM, OIHA U3 HUX C TOPU3OHTATILHBIM YPOBHEM CO-
nepxumoro. Bo Bcex oraenax o0oMX JErKUX OMPenessiioTcsl y4acTKU
JIOKQJILHOTO THEeBMOCKiepo3a, Gosblie crpaBa. Ha ¢doHe yyacTKoB
110 TUILY «MaTOBOTO CTEKJIa», IPEUMYLLIECTBEHHO B CPEAHEN U HUXKHEN
NOJISIX CIIPaBa, a TAKXKe B BEPXHEH M HYKHEW TOJISIX ClieBa OMpeessi-
eTcs paciuupenue 6ponxos III-1V nopsinka ¢ dopmupoBaHuem Lu-
JIMHAPUYECKUX M MELIOTYaTbIX OPOHXO0IKTa30B. BpoHX03KTa3bl pas-
JIMYHBIX Pa3MepoB, ¢ nepudoKanibHOl MHUIBTpaleil, HEKOTOpbIe
C KUAKOCTHBIM COAEPXUMBIM. CpenocTeHne CTPYKTYPHO, CMELIEHO
BrpaBo. Tpaxesi M IJIaBHble OPOHXU MPOXOAUMBI, He nedopMupoBa-
Hbl. Cepllie 0ObIYHO PACMIONOXEHO; KOH(MUTypalus ero He U3MEHEeHa.
Kamepsl cepiiia HopMaabHbIX pa3MepoB. ['pyaHOIT OTaeN a0pPThI HE U3-
MeHeH. [lnadparmMa pacrnosiokeHa 0ObIUHO, KOHTYPBI €€ POBHbBIE, YeT-
kue. [lneBpanbHble MosOCTH 6e3 ocobeHHocTei. JlumpaneHonaTum
He BBISIBIEHO. Msirkue TKaHU, KOCTHBIE CTPYKTYpbl IPYIHOI KJIeT-
KW He M3MeHeHbl. 3akiaodyeHue: COCTosIHUE TOCIe MPaBOCTOPOHHEN
BepxHenoseBoii 1o6akromun. KT-kaptuna M B. Bynibl o6oux gerkux.
KT-nmpusnaku comHutenbHoit nHbekuun COVID-19 (neobxonuma
KOPPeJsILMS ¢ KIMHUYECKUMU, TaOOPATOPHBIMU JaHHBIMU).

Ipu nposenenun KT B auHamuke ot 11.05.20 (puc. 2) coxpaHsi-
IOTCSI Y9aCTKU YIUTOTHEHUSI IO THUITY «MaTOBOIO CTEKJIA», MPEUMYIIE-
CTBEHHO B HIDKHMX OTIeJax Jerkux. B BepxHeii mose jeBoro jerko-
rO OMpeAesoTCs Oy/Uibl 10 16 MM, B AMHAMMKE YPOBHEH KMAKOCTH
He BblsBIeHO. B ocranbHoM KT-KapTuHa mpexHsis. 3akilodyeHue:
KT-npu3Hakyu BUPYCHOM MHEBMOHUU (MO BBIPAXXEHHOCTH W3MEHEe-
HHUii, XapakTepHbIX 1151 COVID-19, cootBeTcTBYET I cTeneHu TsekecTu
no naHHeiM KT). CocrosiHue mocie npaBOCTOPOHHEN BEPXHEI0JIeBOI
no63kromun. KT-kaptuHa MB. Bysuibl 060uX Jierkux.

Pe3ynbraThl aHaM3a Ma3KOB, B3SITHIX B I€Hb MOCTYIUIEHUS U B 1U-
Hamuke (ot 02.05.20) na Hanuuue COVID-19, BbIMOJTHEHHOTO METO-
nom ITLP, okazanuch oTpulaTeIbHBIMU. YUUTBIBAasl 3TO 0OCTOSTEIb-
CTBO, MaLMEHTKE MPOBEICHO CEPOJOTMYECKOe UCCIENOBAHME C LIEIbIO
obHapyxkeHus Tutpa aHtutes IgM u IgG x Bupycy. I1o pesynbraTam uc-
cJen0BaHuUs MOATBEpXKAeHAa KopoHaBUpycHast uHdexkuus (IgM — 2,82
OCE (nopma — 0—0,99), IgG — 143,17 en. / M (Hopma — 10 0—10)).

[MpoBonuMas Tepanus B TeueHUe 14 AHEil BKIloYasa MEPOTICHEM,
uedTasuauM, TPAHEKCAMOBYIO KHUCJOTY, MapaleTaMmos BHYTPUBEH-
HO, nopHa3y anb(a, OynecoHun / ¢HopMoTepos, KOTUCTUMETAT Ha-
TPUsI UHTAISILIMOHHO, a3UTPOMULIMH, YPCOAE30KCUXOJIEBYIO KUCIOTY,
OMernpas3oJj, aleTWILUCTEMH BHYTpb. HeMmenukamMeHTO3Hasl Tepamust
BKJIIOYaJIa HEMHBA3MBHYIO BEHTWISLIMIO JIETKUX, KUCIOPOIOTEPAIUIO.
[Iponosmxanack HOUHAs TUTIEpPATMMEHTALIUS Yepe3 FaCTPOCTOMY.

Ha ¢oHe npoBomumoii Tepanmuu yJaydllMJIOCh CaMOYYBCTBUE,
CTOMKO HOpPMaJIM30BaJIach TeMIlepaTypa Teja, PerpeccupoBalo CHUC-

TEMHOE BOCTAIEHUE, yMEHbIIMIACh MHTEHCUBHOCTh THOHO-00CTPYK-
TUBHOTO OPOHXHUTA, Ky[MPOBAJIOCh KPOBOXapKaHbe, CHU3MIACH BbIpa-
JKEHHOCTD JbIXaTebHOM HemocTatounoctu (SpO, — 92 %).

Knuruyeckoe HabnrodeHue No 6

[MauunenTka 1995 rona poxaenus, ¢ 2013 r. Habmonaetcss B HUU nynb-
moHosoruu u I'KB um. I.1.ITnetHeBa 13 r. MOCKBBI.

JuarHo3 MB ycrtaHoBJIeH B Bo3pacte 3 JieT Ha OCHOBAaHUM Xa-
pPaKTEepHOI KIIMHUYECKON KapTUHBI (KapTHHA MTaHKPEeaTUIeCKoil He-
JIOCTATOYHOCTH C MEPBbIX HEJENb XXKU3HU), MMOJTOXKUTETbHOTO PE3yJIb-
Tara MoToBoi npoodsl. MHbUIIMpOoBaHUE ObIXaTEAbHbBIX MyTei ¢ 3 J1eT
P aeruginosa, ¢ 12 netr — Pseudomonas alcaligenes / Achromobacter
spp. ExexkBapTajbHO aMOyJaTOPHO MPOBOAMJIMCH KypChbl BHYTPH-
BeHHOI ABT, nBaxael B ron nepopaibHble Kypchl ABT. ExenHeBHO
MoJTyyaeT WHTASIIUKM TurepTonndeckum pactBopom NaCl, mopHa-
3011 anbda, WHraIIIMOHHBIM MaHHUTOJIOM, OymecoHum / dbopmo-
TepoJi, THaM(MEHUKOJIOM TJIUIMHAT aleTUIIUCTeHAT, TPUHUMAET
BHYTPb MPEIHU30JIOH, TTAHKPEaTUH, YPCOIE30KCUXOJIEBYIO KUCIIOTY,
aMOPOKCOJITUAPOXJIOPUL, BUTAMUHBI, a3UTPOMULIMH aJIbTEPHUPYIO-
IIUM KyPCOM.

Hactostiiee yxynieHue B Bujie HapacTaHWsI Kalllist U OIBIIITKH, TIO-
BbILIEHUS TeMriepaTyphl Testa 10 38,0 °C ormeTuiia B Havasie masi 2020 .
B aror nepuon Beisiien COVID-19 y oTua nmaunueHTKH, MPOXUBalo-
wero Bmecte ¢ Heil. [ToropHbie Masku (ITLIP) u3 Hoca u 3eBa panu
TMOJIOKUTENIbHBII Pe3yJIbTaT, YTO MOATBEPANIIO JUATHO3 KOPOHABUPYC-
HOIi nHbeKIMHU.

YuuTbIBas, HOPMaTBHBIN KUCTOpOAHbI cTatyc (SpO, — 97 %),
ODB, — 58 %, HeBbIpakeHHbIE ABNEHNUSA WHTOKCUKALUK, OBLTO MPH-
HSTO pelieHre 00 aMOyJIaTOPHOM JieueHUU. Tepanusi BKIovaia ceds
€XeIHEeBHBIN MpUEeM a3UTPOMUIIMHA, ITUMPOGMIOKCAIIMHA, MIHOJIEK-
CHHa, BYKPATHbIC MHTASIIINY JTOPHA301 ajibda.

Ha ¢doHe mpoBomuMmoli Tepanmuu yIyqIIWIOCh CaMOUYYBCTBHE,
CTOIKO HOpMaJli30Bajlach TeMIlepaTypa Tejla Ha 5-€ CYTKU Teparuu,
YMEHBIIWJIACh MHTEHCUBHOCTD PECITUPATOPHBIX IMTPOSIBIICHUIA.

OGcyxpaeHue

ITo coctosiHuio Ha 31.05.20 B Haweil cTpaHe 3aperu-
crpupoBanbl 405 803 mammenTa ¢ SARS-CoV-2. K atomy
BPEMEHH BBISIBJIEHBI 6 60IbHBIX M B, KOTOpHBIE 32001811
COVID-19; ux ucropuu 00jJIe3HU pacCMOTPEHBI B JaH-
Hoii ctathe. Ha 01.08.20 3apeructpupoBaHsl 15 ciyyaen
3a001eBaHus y maLueHToB ¢ MB (6 meTeit 1 9 B3pOCibIX).

Puc. 1. KomnblotepHas ToMmorpadusi OpraHoB IpyaHOM KJIETKU Malu-
eHTKU (KIuHu4ecKoe HabmoneHue Ne 5) ot 29.04.20

Figure 1. Computer chest tomography of the patients (case 5) dated
29.04.20
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Kondpameesa E.HU. u dp. COVID-19 y 601bHBIX MyKOBUCLIMIO30M

ITo manHbIM peructpa Munsapasa Poccuu, mo co-
CTOsIHUIO Ha aekadpb 2019 r. B Poccuu ObL1 3apeructpu-
poBaH 3 931 mamuenT (2 823 pebenka u 1 108 B3poCIIbIX)
¢ MB, npu atom 3a6oneBaeMocth COVID-19 cpenn Hux
cocraBmia 1,5 Ha 1 000 maruenros (0,15 %) (1,4 : 1 000
st geteii v 1,8 : 1 000 a1st B3poCibiX), YTO BbIllIe aHAIO-
ruyHoro nokasaresis (0,07 %), monydeHHoro Ha 13.04.20
10 TaHHBIM €BPOIIeICKOTO ucciaemoBanus [12].

B nameii ctpane COVID-19 y 6oabHBIX ¢ M B yaiiie
oTMeualicsl cpeau aeteit (n = 4), 4eM cpeau B3POCIbIX
(n=12), 4TO, BEPOSITHO, CBSI3aHO C MpeobJiafaHueM aeTei
cpeny pOCCUIMCKUX TALMeHTOB [3], B TO BpeMs KaK B €B-
POITEICKUX CcTpaHax B3pocibie coctaBiusior 50 % u 60-
nee [8]. K01.08.20 cutyalust u3BMeHUIaCh, IPU 9TOM UM -
ci10 B3pocibix ¢ MB m COVID-19 nipeo6ianano, Kak 1 B
JIPYTUX CTpaHax.

ITo nanueiMm BO3, COVID-19 B merckoM Bo3pacte
B OOIIEH TOMYJISIIMU  BCTPEYAETCsI PEIKO U TMpOTeKa-
er gerue [13], maHHast TeHAEHUMS HAOJIOAACTCSI TaKXKe
y B3pociibix nauueHToB ¢ MB. Jlerkoe TteueHue otme-
YeHO y 5 n3 6 MalueHTOB, NUCTOPUM OOJIE3HU KOTOPBIX
00Ccy>X/1atoTcsl B JaHHOW paboTe, B T. 4. y BCEX JETEil.
[THeBMOHMST 3aperucTprupoOBaHa TOJIBKO Y 3 MAIlMeHTOB.
¥V 1 u3 4 gereii 3a0o0eBaHMEe TTPOTEKAJIO ¢ a0TOMUHATb-
HBIM CHHAPOMOM, UYTO XapaKTepHO B JETCKOM BO3pa-
cre [13]. Tocnutanu3aius norpedopaiach 2 nmaureHTam
(1 B3pocinomy u 1 pedberky). ABT npoBonmiach 4 mamm-
eHTaM, 2 — BHYTpUBeHHO. OIHOI1 B3pOCIIOil MallMeHTKe
nposoauiaack HUBJI. HeobxonnmMo OoTMETUTb, UTO Ma-
LIMEHTKA CTpajaia TMIIOKCEeMUIECKOM AbIXaTeJIbHON He-
JMIOCTATOYHOCTBIO U TIONIydaja JUIUTEIBbHYIO KHICIOPOIO-
Tepanuio 10 nHeuuupoBanuss SARS-CoV-2. B nenom
MOJYYEHHbIE PE3YJIbTaThl COBIAAAIOT C TAKOBBIMU B APY-
rux crpaHax [9, 10].

CornacHo MoCJIeTHUM JaHHBIM ITPOrpaMMBbI HaOJTIoIe-
Hus EBpomneiickoro obmectsa mo MB ECFS-COVID-19,
no cocrosiuuto Ha 27.05.20 ciyyau COVID-19 3aperu-
cTpupoBaHbl B 13 cTpaHax u3 35, COrJlacUBILIMXCS y4acT-
BoBaTh B cOope maHHbIX. CooOuiaeTcst o 79 mamueHTax
¢ onucanueM 72 ciy4daeB (34 MyX4uHBI U 38 JKEHIIWH,
16 nereit), BKIIIOYast POCCUMCKUX OOJIBHBIX. 3abojieBaHe
MpoTeKaao 6ecCUMNTOMHO y 17 MalueHToB, jJerko —y 27,
TSLKENIo — y 7, KpuTrdecKu — y 3. O0IIee Y1ciIo ToCInTa-
JIM3UPOBAHHBIX cOCTaBMIIO 41 4esioBeK, 6 M3 HUX HyXKIa-
JIUCh B UHTEHCUBHOU Teparnuu, 2 HaXOAUIUCh Ha UCKYCCT-
BEHHOI BeHTWJIsILMK, 3 ymepau [12].

Ha 29.07.20 B 18 u3 38 eBpomeiickux cTpaH, ITOaaB-
mux wHpopMmamuioo B mporpammy ECFS-COVID-19,
3aperucTpupoBaHo 128 ciaydaeB 3abosieBaHusI (69 Myx-
YuH, 59 XXeHIIUH), BT. 4.y 33 neteii (https.//www.ecfs.eu/
covid-cf-project-europe). Jlerkoe TeueHue 3a00JIeBaHUS
Habona10¢ch y 80 MalueHToB, TSKEI0e — Y 6, KpUTH-
yeckoe — y 5. Yucno ymepunx (7 = 3) He yBEIUYUIOCD.
AcuMINTOMaTHYeCKOe TeueHUe 3a00JIeBaHUST 3aperu-
CTpUPOBaHO y 22 GoybHBIX. ['ocuUTaIn3upoBaHbl 68 ue-
JIOBEK, 3 HaXOAWJINCh Ha MCKYCCTBEHHOW BEHTUJISIIUM
JIETKUX, 9KCTpaKopriopajibHasi MeMOpaHHasli OKCUTeHa-
us mpoBeneHa | mammeHTy. Cpelr OCHOBHBIX CUMII-
TOMOB OTMEUECHBI JIMXOpaIKa, KallleJib, ITOBBIIICHHAS
YTOMJIIEMOCTbD, YBeJIMUCHUE KOJIMUECTBA MOKPOTHI M TO-
JIOBHas1 00JIb.

Puc. 2. KoMmmbloTepHas ToMOrpaMma B IMHaAMUKe (KJIMHMYECKOe Ha-
omoneHue Ne 5) ot 11.05.20

Figure 2. Computer chest tomography of the patients in dynamics
(5 cases) dated 11.05.20

3akntoyeHue

Takum oOpa3zoMm, 1O JAaHHBIM KaK 3apyOeXHbIX, TakK
U POCCUMCKUX MCTOUYHMKOB Moka3zaHo, ytro COVID-19
Ha ¢oHe MB uanie nporekaeT B Jerkoir dopme.
3aboneBaemocts COVID-19 He BbIlle, 4eM B OOl
TMOMYJISIIIUYA, YTO CBSI3aHO C MOJIOABIM BO3PAcTOM IIa-
LMEHTOB, UX paHHEW 1 CTPOroM U30JISILMEN, HaBbIKaMU
o npodmIakKTHKe MHGEKIUA W, BO3MOXKHO, TIPOBEIe-
HueM 06as3ucHoit Tepanuu. Cpeau IIperrapaTtoB IS Te-
parmuu COVID-19 Tsoxenoro TedyeHus y 6oapHBIX MB
yKa3bIBalOTCSl OpHa3a ajibda, a3suTPOMUIIMH, MpUMe-
HSIEMBIII C TIPOTMBOBOCHAIMTEIHLHOM LIEJbI0 Ha (oHe
CHHETHOWHOI mHbeknuu, yacteie Kypchl ABT [9, 10].
Bonee TouHbIe BBHIBOABI OYIyT ChoeidaHBl MO MEPE Hallb-
HeHIIero HaKOTUIeHUS TaHHbIX.
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